A case of scieroderma 'en coup de sabre' presenting with uveitis, predominantly posterior, and intractable grand mal seizures is described. The histopathology specimens and neuroradiology investigations reaffirm the clinical impression that inflammation is not solely confined to the skin in this form of linear scieroderma.
Case report A previously well boy presented at the age of 4 years with a painful, red, puffy left eye. Low grade posterior uveitis was diagnosed by slit lamp examination, but response to topical corticosteroid was slow. The question ofwhether he had uveitis associated with juvenile arthritis was raised because his mother had a history of pauciarticular juvenile chronic arthritis with chronic anterior uveitis.
Over the succeeding two years he had frontal headaches in addition to his eye problem. At the age of 6 he had a grand mal seizure. Subsequent electroencephalography suggested encephalitis, and lumbar puncture showed 14 There are no reports linking the lesion to juvenile chronic arthritis. The fact that our patient's mother had pauciarticular arthritis in childhood is interesting. There are several reports where there is a family history of rheumatoid arthritis and systemic lupus erythematosus.'4 Seventy five per cent have onset of linear scleroderma in childhood with the disease progressing rapidly in the first three to six years. 6 Intracerebral calcification and seizures in association with scleroderma 'en coup de sabre' has been reported previously. It is thought to occur as part of a scarring process after an initial inflammatory phase. In his classic monograph Wartenberg noted that his three patients with scleroderma 'en coup de sabre' showed grand mal epilepsy or Jacksonian seizures.2 Dilley described a 13 year old girl with bilateral scleroderma 'en coup de sabre' with major motor and psychomotor seizures15; her skull radiographs showed intracranial calcification and electroencephalography showed arrythmia. Two of the four patients with localised scleroderma of the face in Chazen's series of 19 children with focal scleroderma developed grand mal seizures one year and 16 years respectively after the onset of the facial lesion.8 Both Leinwand and Stava mention the increased incidence of electroencephalographic abnormalities.14 16 A number of authors discuss the notion that scleroderma 'en coup de sabre' might represent an abnormality of cranial neural crest cell migration during embryonal life. Johnston describes the migration pattern of crest cells in the cranium following vertical lines similar to the coup de sabre lines. " The author describes two cases in which the eye is affected in the same line, both indicating an embryonal predisposition.
Treatment for linear scleroderma is unsatisfactory. Local treatments such as massage with lanolin creams and moisturisers may improve skin elasticity (Ansell B M, personal communication). Treatment with penicillamine is controversial and there are conflicting reports on its efficacy. The rationale of treatment is based on the fact that the final cross linkage of the adjacent polypeptide chains, which constitute the nascent three-standard collagen molecule, can take place in vitro in the absence of enzymes, and is therefore primarily a chemical process. 8 The number and nature of these cross linkages determine the degree of solubility of the molecules. In scleroderma there is no soluble collagen present in the dermis. Penicillamine can solubilise collagen both in vitro and in vivo. A controlled trial is needed to assess the efficacy of penicillamine.
Reconstructive facial surgery with skin excision, grafting, silicone and bone implants have been useful. '9 This case illustrates how the diagnosis of scleroderma 'en coup de sabre' was made some years after the presentation of uveitis and seizures and only when a cranial parasagittal linear groove with alopecia was apparent. The previously held clinical impression that there is inflammation elsewhere in linear scleroderma is reaffirmed by the histology specimens obtained. Neuroradiological techniques are useful in monitoring and defining the disease process and in following response to treatment.
